in the right atrium.
At autopsy, there was an extensive myocardial fibrosis of the left ventricle in addition to the almost total absence of the myocardium of the right ventricle.
The case was considered to be a unique type of idiopathic cardiomyopathy.
Additional Indexing Words:
Idiopathic cardiomyopathy Uhl's anomaly parchment-like right ventricle, an almost total absence of the myocardium of the right ventricle, is a rare abnormality of the heart first described by Uhl in 1952.1) There are at least 34 reported cases in the world literature thereafter as far as we know. Ostermeyer2) listed 33 reported cases in 1973, while Tomita and associates3) reported an additional case in Japanese. The pathological changes of the heart in this abnormality were usually restricted to the right ventricle in hitherto reported cases, and the involvement of the left ventricle was exceptional. The present paper deals with a unique case of parchment-like right ventricle associated with extensive myocardial fibrosis of both ventricles. heart 2 years ago at annual examination at the school. She noticed palpitation, exertional dyspnea, anorexia, lassitude, and pretibial edema 1 year before admission. The family history was not contributory. The patient's twin sister was entirely healthy. There was no history suggestive of rheumatic fever nor myocarditis. Physical examination revealed a well developed noncyanotic girl of moderately ill. The heart rate was 105 and regular. The cardiac dullness was endlarged to the left anterior axillary line. The apex beat was not palpable. The cardiac sounds were faint, but no cardiac murmur was heard. There was no gallop rhythm. The lungs were clear and no rales were heard. The liver was palpable 2 fingerbreadths below the right costal margin. The spleen and the kidney were not palpable. There was slight pitting edema of the pretibial region. The blood pressure was 110/90mmHg and the venous pressure was 270mm of saline. The hemogram was within normal limits. The urinalysis was negative except for one plus test for albumin. Chemical studies of the blood were within normal limits.
The chest X-ray film showed a marked globular enlargement of cardiac silhouette as seen in Fig.1 .
The cardiothoracic ratio was 62%. The pulmonary vascular markings were not striking. The electrocardiogram showed sinus tachycardia at a rate of 105 and right axis deviation. The amplitudes of the QRS waves were low and there were nonspecific changes of T waves in limb and precordial leads as seen in Fig.2 . Right heart catheterization was performed 2 months after the admission. Although the catheter was introduced into the right ventricle, the pulmonary artery could not be entered in spite of several attempts. The right atrial pressure was markedly elevated. The mean right atrial pressure was 14mmHg. The pattern of the pressure tracing curve in the right ventricle was virtually the same as in the right atrium as seen in Fig.3 . A physiological evidence of the systolic contraction of the right ventricle was not obvious as seen in this figure, and there was no pressure gradient between the right ventricle and the right atrium both in diastole and in systole. The right ventriculography revealed markedly dilated right atrium and right ventricle. The tricuspid valve appeared to be normally situated. The trabeculation of the right ventricle was not obvious and there was a prolonged opacification of the right ventricle.
Although the patient was given oxygen, digitalis and diuretics, the symptoms worsened progressively. Frequent supraventricular premature beats appeared later and the patient died of intractable congestive heart failure 4 months after the admission.
At autopsy (No.4308), the heart was enormously dilated, particularly the right atrium and the right ventricle. The heart weight was 400Gm. The systemic and pulmonary great vessels were normally situated. The coronary arteries were normal. Jap. Heart J. The right ventricle was fibrotic and paper thin as seen in Fig.4 . The myocardium of the free wall of the right ventricle was almost totally absent as seen in Fig.5 defect of the right ventricle also seems to be an unlikely explanation because extensive myocardial fibrosis of the left ventricle was associated. Among hitherto reported cases of Uhl's anomaly, at least 2 were associated with pathological change of the left ventricle.
Arcilla and Gasul4) reported a 5-monthold male with paper thin right ventricle associated with hypertrophy and dilatation of the left ventricle, while Kuribayashi and associates5) in Japan reported a 17-year-old female diagnosed as Uhl's anomaly with obvious myocardial scars in the left ventricle.
Although the myocardial fibrosis of the left ventricle was more extensive in the present case, the case reported by Kuribayashi and associates resembles ours and we are not convinced whether it is appropriate to diagnose their case as "Uhl's anomaly".
It was also quite peculiar in the present case that the myocardial fibrosis of the left ventricle was very prominent in the subepicardial layer. It is noteworthy to point out the unusual pressure tracing curves recorded during the right heart catheterization. 
